We report a case of Dubin-Johnson syndrome presenting with neonatal cholestasis. Liver histology was studied during the neonatal period and at 6 years of age. Distinct brownish pigment granules in hepatocytes were noted. This case confirms that Dubin-Johnson syndrome is a cause of neonatal cholestasis.
Dubin-Johnson syndrome is a form of benign, familial idiopathic jaundice presenting with chronic intermittent conjugated hyperbilirubinaemia. A melanin like pigment has been found in the parenchymal liver cells,' but has seldom been recognised during infancy.
This paper describes a young boy with Dubin-Johnson syndrome characterised by prolonged cholestasis in early infancy and an accumulation of specific pigment granules in the liver cells by 6 years of age.
Case report A 6 year old boy was admitted because of paucity of interlobular bile ducts of the liver. His last admission had been as a neonate for prolonged cholestasis.
He had been born spontaneously at full term after an uneventful pregnancy and normal delivery. He was the second child in a family and there was no history of jaundice or hepatobiliary diseases in other family members.
Twenty days after birth he had progressive jaundice. At the age of 34 days, hepatomegaly, clay coloured stools, and mild jaundice were
Figure Liver histology at 6years ofage showing intracellular pigmentgranules distributed in centrilobular areas (haematoxylin and eosin stain x400). Scarce pigment granules were found in the hepatocytes and were then interpreted as lipofuscin. (Review of the liver specimen six years later showed there were inadequate portal areas in the biopsy specimen, and the previous diagnosis was discarded.) The jaundice subsided gradually in the admission period, the total serum bilirubin concentration went down to 68-4 ,imol/l, and the stool colour became light yellow at the age of 76 days.
He had normal development and growth. Liver enzymes and bilirubin concentrations had been within normal limits for his age at the time he was followed up at 90 days. There has been no hepatosplenomegaly.
The patient had a second liver biopsy during his admission at age 6 to clarify the diagnosis of paucity of interlobular bile ducts of the liver. The liver biopsy specimens appeared dark greenish. Distinct brownish pigment granules were observed in hepatocytes in centrilobular regions and the bile ducts were adequate in number in the portal areas (fig 1) . The granules were weakly positive to the periodic acid Schiff stain and negative with iron, carbol fuchsin, and Sudan stains. A sulphobromophthalein test was performed by injecting 5 mg/kg of the dye intravenously. Normal disappearance of the sulphobromophthalein was observed in the initial 45 minutes; however, another peak appeared 90 minutes after the injection (fig 2) 
